Introduction {#sec1-1}
============

**What was known?**

Cutaneous leiomyomas are rare benign tumors arising from smooth muscle cells. According to their site of origin, they can be classified into piloleiomyomas, angioleiomyomas and dartoic leiomyomas. These lesions can be arranged in diffuse (disseminated), blaschkoid, or segmental (zosteriform) patterns.

Cutaneous leiomyomas are rare benign tumors arising from smooth muscle cells. According to their site of origin, they can be classified into piloleiomyomas, angioleiomyomas, and dartoic leiomyomas. Piloleiomyomas are the most common type among cutaneous leiomyomas and are often multiple than solitary. These lesions can be arranged in diffuse (disseminated), blaschkoid or segmental (zosteriform) patterns. Piloleiomyomas are transmitted as an autosomal-dominant trait and may be associated with uterine leiomyomas and aggressive renal carcinoma.

Case Report {#sec1-2}
===========

A 30-year-old unmarried female presented to us with 15 years history of painful papules and nodules only on right half of the body. These lesions initially appeared on the right upper limb and the shoulder but subsequently developed over the trunk, gluteal region, and the thigh of the same side. Each lesion started as a papule, which gradually increased in size to form a nodule. She also gave history of pain associated with these lesions, especially on exposure to cold and touch. Menstrual history did not reveal any abnormality, and there were no known family members with cutaneous leiomyomas or uterine fibroids. General physical examination was unremarkable. Cutaneous examination revealed multiple tender erythematous papules and nodules \[[Figure 1](#F1){ref-type="fig"}\], varying in size from 0.5 cm to 2 cm, distributed in segmental pattern over the upper limb, trunk, and thigh on the right side of the body with sharp limitation in the midline \[[Figure 2](#F2){ref-type="fig"}\].

![Multiple piloleiomyomas on the right arm and shoulder](IJD-58-160b-g001){#F1}

![Multiple piloleiomyomas distributed along 5^th^ cervical, 6^th^ dorsal, and 1^st^ sacral segments of right half of the body](IJD-58-160b-g002){#F2}

Based on history and cutaneous examination findings, we considered the differential diagnosis of leiomyomas, angiolipomas, eccrine spiradenomas, and neurofibromas. Routine hematological investigations, blood urea, serum creatinine, and ultrasound examination of the abdomen were within normal limits. HIV serology was negative. Histopathological examination of skin biopsies taken from the arm, trunk, and thigh showed bundles of spindle-shaped cells arranged in an interlacing and whorled pattern with elongated nuclei having rounded ends confirming the diagnosis of piloleiomyoma \[[Figure 3](#F3){ref-type="fig"}\]. Patient was started on nifedipine 10 mg thrice-daily with significant symptomatic improvement in 3 months.

![Photomicrograph of skin biopsy showing interlacing muscle bundles (H and E, ×100)](IJD-58-160b-g003){#F3}

Discussion {#sec1-3}
==========

Cutaneous leiomyomas are rare benign tumors arising from smooth muscle cells. According to their site of origin, they can be classified into 3 types: (i) those derived from the arrector pili muscle of hair follicles (piloleiomyomas), (ii) those originating from the vascular smooth muscle (angioleiomyomas), and (iii) those arising from the smooth muscle of genital skin (dartoic leiomyomas).\[[@ref1]\] Piloleiomyomas are the most common type among cutaneous leiomyomas and are often multiple.\[[@ref2]\]

These are transmitted as an autosomal-dominant trait and may be associated with uterine leiomyomas (multiple cutaneous and uterine leiomyomatosis, also known as Reed\'s syndrome or MCUL) and aggressive renal carcinoma (hereditary leiomyomatosis and renal cell carcinoma or HLRCC). Recently, a loss of function mutation in the gene encoding fumarate hydratase on chromosome 1q42.3-43 has been shown to predispose individuals to MCUL and HLRCC.\[[@ref3]\]

Piloleiomyomas usually present as small, red-brown, firm papules on the extremities or trunk of young adults. Individual lesions range in size from few millimeters to 1 cm that are fixed to the skin and are freely movable over underlying deeper structures. Patients with piloleiomyoma often have pain that may be spontaneous or secondary to cold, pressure, or emotion.\[[@ref4]\] Pressure of the tumor on local nerve fibers and contraction of the smooth muscle fibers are the possible explanation for this phenomenon. These lesions can be arranged in diffuse (disseminated), blaschkoid, or segmental (zosteriform) patterns.\[[@ref5]\] Segmental patterns can further be classified as type 1 segmental and type 2 segmental. Type I segmental reflects heterozygosity of a post-zygotic mutation, leading to segmental skin lesions comparable to non-mosaic phenotype, whereas type 2 segmental reflects post-zygotic mutational event in a heterozygous embryo with subsequent loss of heterozygosity, resulting in pronounced pattern of the segmental lesions superimposed on the ordinary phenotype of the underlying disease. Histopathologically, piloleiomyomas are circumscribed, non-encapsulated tumors. The tumor is composed of bundles of smooth muscles arranged in an interlacing and sometimes whorled pattern. The cells have abundant eosinophilic cytoplasm and elongated nuclei with blunt ends.

Treatment of the leiomyomas is not satisfactory. Surgical excision is often considered if the lesions are few in number. However, in case of extensive lesions, various pharmacological options like nifedipine, doxazocine, gabapentine, and topical 9% hyoscine hydrobromide have been used to alleviate the pain associated with these tumors.\[[@ref6]\]

In conclusion, we present a case of unilateral multi-segmental leiomyomas. Though segmental distribution of leiomyoma is common, multi-segmental variant has not been reported so far, and PubMed search between 1966 and 2011 could not locate any case reports of piloleiomyomas showing unilateral and multi-segmental distribution. Hence, the case is being reported for its rare presentation and the need for long-term follow-up in view of its association with aggressive renal carcinoma.

**What is new?**

Segmental distribution of leiomyoma is common. However multi-segmental variant has not been reported so far, and PubMed search between 1966 and 2011 could not locate any case reports of piloleiomyomas showing unilateral and multi-segmental distribution.
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